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Introduction
Huntington's disease (HD) is a neurodegenerative disorder 
characterized by choreic movements, behavioral disturbances, 
and dementia. HD may manifest with atypical syndromes mainly 
involving younger patients, which may show prominent motor 
signs likely suggesting other movement disorders [1]. Ataxia and 
parkinsonism would be neurological signs in HD patients, but 
when expressed among young adults, it would be challenging to 
diagnose HD [2-3]. Spinocerebellar ataxias are important 
confounding, because these disorders may affect even children 
and may be characterized by dementia. This clinical report 
suggests the relevance of ataxia and parkinsonism in HD 
diagnostic work-up. 
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Methods
The case report here described refers to two siblings, belonging 
to a Macedonian family, evaluated for a familial progressive 
neurological syndrome characterized by ataxic gait, rigidity, 
bradykinesia, dysarthria, mild facial dyskinesia, and cognitive 
impairment. 

Results
Although the presence of a prominent ataxia syndrome initially 
suggested dominant spinocerebellar ataxia, a thorough 
neurological examination which showed parkinsonism and the 
genetic testing led to a final diagnosis of HD. 

Conclusions
In this case report, it is highlighted how relevant is to consider 
the possibility of HD in families manifesting prominent dementia, 
ataxia, parkinsonism, and facial dyskinesia. The extension of 
CAG repeats may influence the clinical phenotype and should be 
further investigated. The description of these clinical cases 
illustrates the broad range of clinical presentations of HD. 
Indeed, it is stressed the importance of considering HD in the 
differential diagnosis of patients presenting movement disorders 
and positive family history for neurological diseases [1].

Figue1. Huntington’s disease (HD) related genes

Figue2. Brain MRI of patient #1 showing mild cerebellar atrophy


